Family history.-No familial incidence of pityriasis rubra pilaris. Present condition.-Face and neck have a uniform red discoloration. The upper part of the trunk, front and back, shows widespread red areas, with scaling nmore pronounced in some than in others. The breasts have a streaky dusky telangiectasia. The skin of the affected areas appears thickened. The "shoulder-strap" areas are curiously spared. The skin of the arms is almost uniformly covered with thickened, dusky red areas with some scaling. The dorsal surface of the proximal phalanges have very small indistinct discrete papules. The legs are covered with bright red areas and rough grating yellowish red papules centred round the follicles. The upper margin of the eruption is fairly sharply defined in the lower part of the thighs. Over each tendo Achillis and on the outer margin of the foot are rough, thick hyperkeratotic areas. The toes are red and smooth.
Biopsy from the skin at the back of the right arm: The epidermis varies in thickness due to varying depth of stratum granulosum. There is no hyperkeratosis but small areas of parakeratosis are present not related to the orifice of the sweat or sebaceous glands. Round-cell infiltration of superficial portion of the corium (Dr. Pike). Dr. W. Freudenthal confirmed the diagnosis of "Pityriasis Rubra Pilaris".
In the hope that vitamin-A therapy might help this case, estimations were carried out by Dr. Leitner and found to be normal. Blood Previous health.-In 1928 metrorrhagia and menorrhagia were treated by inducing an artificial menopause by treatment of the body of the uterus with radium (? 2250 mg. hr.) Mixed endocrine deficiencies following this procedure are likely to be a factor in the aetiology of this case.
History of present condition.-The patient, now aged 63, thinks she has had a rough patch on the lower part of her back, and on her chest and thighs since 1938, and that its appearance followed a type of sciatica which started with acute pain in the right calf followed by pain in the big toe and later in the other toes and ankle, ultimately causing dropped foot: this was supported by a garter-spring-toelift. The foot-drop is of uncertain origin and may have been due to a drug given for the sciatica.
The skin irritation commenced after a wasp sting in October 1946 and has gradually become more and more intense.
On examination.-General medical investigation showed no abnormality. The patient looks and feels quite well. Hair on the scalp is present, but there is no hair in the armpits. Her skin, generally, is unusually smooth. The surface of the skin on the back and chest shows a fine bran-like scaling with a diminution in thickness, atrophy in certain areas and infiltration in others.
On the deltoid region there is a rough red area; on both thighs, a reddish-brown area. The patch on the left thigh has a mottled appearance. There are areas of pallor with a network of vascularity. An erythematous patch is also present on the right wrist and neck with very fine papules. The patches on the back, chest and thigh have a circumscribed but irregular and rather indefinite edge.
Blood examination.-Absolute count: R.B.C. 5,100,000; Hb (Sahli) 86%; C.I. 0-85; W.B.C. 5,900. Differential count: Polys. 61, lymphos. 28, monos. 5, eosinos. 4, basos. 2%.
Remarks.-Blood films show no anisocytosis, poikilocytosis or polychromasia. No nucleated red cells were seen.
Dr. W. Freudenthal: Dr. Mitchell-Heggs very kindly sent me the sections of his biopsies from back, chest and thigh for examination. They present the picture that one expects to find in poikilodermia vascularis, and in addition they all show a permeation of mesenchymal cells into the epidermis where they form small "cell nests". These cell Barbara, aged 4. Her mother states that she had very little hair at birth, and it never grew very much. She has had no serious illness, accidents or operations.
Family history.-No relatives are known to have had any unusual skin or scalp trouble.
On examination of the head the whole of the occipital area looks almost bald. Over the back and sides of the scalp the hair is now short and curly; it has never grown to a length of more than I in. in this region. The hair in the parietal and frontal area, where it is not subject to trauma, is between 2 and 3 in. long, but straight and brittle, and sticking out in an unruly fashion, as the hair will not stay in position after brushing. The hair has never required cutting. The eyebrows are also affected, but the eyelashes are normal. The nails and skin are normal. The child is healthy in all other respects. A brother aged 6 has normal hair.
On examination of the hair, there is apparent irregularity in the diameter of the hair. On microscopical examination, the irregularities are seen to be due to a twist of 180°at certain points; these points look like little nodes on direct examination, without lens. Histological examination of the hair follicles suggests that this twist in the hair is taking place in the follicles. Well until one year ago, when lassitude and poor appetite were noted, red scaly areas of skin appeared on his nose and the back of the neck. Shortly afterwards red areas on the fingers and backs of his hands; these areas coalesced and the mother described them as looking like chilblains. These faded gradually when the area of skin began to stiffen. Stiffness spread to the forearms and to the elbows. Within two months stiffness developed in the feet and legs.
July 1946: Weight 1 st. 12 lb. 2 oz. Apyrexial during four weeks under observation in hospital, except for two peaks of temperature between 1020 and 1010 associated with a cold.
